Lymphomas of the orbit and orbital adnexae are rare tumors, comprising only 1% of all non-Hodgkin's lymphoma. Lymphomas are the most common primary orbital tumor in adults of age 60 years and older.
INTRODUCTION
Orbital lymphomas are rare, comprising only 1% of all non-Hodgkin's lymphoma. 1 Lymphomas are the most common primary orbital tumor in adults of age 60 years and older. 2 Three hundred fourteen primary orbital malignancies were reported by Margo and Mulla, 55% of which were orbital lymphoma. 3 
CASE REPORT
A 49 year-old male, presented in OPD, with history of swelling of left upper eyelid ( fig.1 On examination, there was inferior displacement of eyelid and obstruction in upper field of vision. There was no diminution of vision, diplopia, redness of eye, discharge, grittiness, photophobia, lacrimation or trauma. On palpation the mass was smooth, firm, non tender and immobile. There was no other palpable lymphnodes. Complete blood count, chest x-ray were within normal range and serological examination was negative.
CT impression was a minimal enhancing homogeneous soft tissue density lesion measuring 3x2cm involving left lacrimal gland, predominantly within the pre and postseptal extraconal space. The lesion was abutting the superior, lateral rectus muscles and extending to orbital apex ( fig. 2 ). Radiological differential diagnosis included lymphoma of lacrimal gland and cavernous hemangioma. Incisional biopsy done and mass sent for histopathological examination.
Grossly, the specimen consisted of a dark brown nodular tissue measuring 1.5 x 1.5 cm with homogenous grey white cut surface. Microscopic examination showed monotonous lymphoid cells composed of mainly small cleaved and noncleaved cells admixed with several histiocytes and few tingible body macrophages ( fig.3 ). Reed Sternberg cells and increased eosinophils were not seen. Histopathological diagnosis of Low grade, Non Hodgkin's Lymphoma of lacrimal gland was given.
DISCUSSION
Lymphoid proliferations of the orbit, including intraocular and ocular adnexal non-Hodgkin lymphoma (NHL), constitute a heterogeneous group of neoplasms that represent less than 1% of all NHLs and 5% to 15% of all extranodal NHLs. 4, 5 First described in 1952, they are the most frequent malignant tumors of the eye and ocular adnexae; in fact, in the Florida Cancer Registry, they represent up to 55% of all orbital tumors. 6, 7 As for all NHLs, a marked increase of the incidence of ocular adnexal NHL has also been observed. 7 The clinical features and natural history of ocular adnexal lymphoma (OAL) is completely different from those of intraocular lymphoma.
Intraocular lymphoma is a subset of primary central nervous system lymphoma and intraocular involvement is found in approximately 15% of affected patients. 4 The histologic subtype of intraocular lymphoma is almost always high grade and it can occur in the context of AIDS-related lympho-proliferations. 4 In contrast, Ocular Adnexal Lymphomas including lesions of the conjunctiva, lacrimal gland, orbit, and eyelids are mainly low-grade tumors not associated with HIV infection. 8 In our case, we had 49 years old serology negative male who presented with left upper eyelid swelling for 1 year, the swelling involved left lacrimal gland which showed low grade NHL on histopathology.
Large majority of reported OALs-between 95% and 100% of reported cases-correspond to the B-cell type, and 80% of B-cell lymphomas are low grade.
The majority of non Hodgkin's lymphomas of the orbit and orbital adnexa are extranodal marginal-zone B-cell lymphomas and mucosa associated lymphoid tissue (MALT)-type lymphomas. 1 Standard treatment for primary central nervous system and intraocular lymphomas is combination chemotherapy with high dose methotrexate and for low-grade ophthalmologic lymphomas it is radiotherapy. Overall prognosis of OAL is good with 5-year overall survival rate ranging between 50% and 94%. 4
CONCLUSION
Owing to non-specific clinical symptoms, some diagnostic delay may occur in orbital lymphoma. Adequate imaging studies followed by early surgical biopsy will contribute to early diagnosis. Radiation therapy is an effective treatment for orbital lymphoma resulting in local control in the majority of cases. It is important to continue long term follow-up of these patients to assess for local control, complications, and relapse in distant sites.
